Case Report
History. A 13yearold Asian girl presented to the emergency department with weight loss, night sweats, pyrexia, neck swelling, headache, and abdominal pain. There was no medical history. She had several tender cer vical lymph nodes, but results of the rest of the systemic examination (including a neurological assessment) were unremarkable. She had been treated with 2 courses of antibiotics with no response. Her blood test results were normal, and a head CT scan was also normal. To establish a diagnosis she underwent a cervical lymph node biopsy, which showed vaguely nodular infiltrates of histiocytic cells with small foci of necrosis and conspicuous apop totic nuclear debris typical of KFD (Fig. 1) . Her symp toms subsided spontaneously and she was discharged. Two weeks following her discharge, she presented once more with headache, vomiting, and diplopia.
Examination. On examination, the patient had a di vergent squint of her left eye and bilateral papilledema. She had no peripheral neurological deficits and was apy rexial. Admission CT and MRI scans of the head showed bilateral subdural effusions (with the left one bigger) causing a slight mass effect and diffuse dural enhance ment (Fig. 2) . Based on these radiological findings, it was Operation. A decision was made to drain the collec tion. The patient underwent drilling of a precoronal bur hole on the left side, drainage of the subdural collection, and dural biopsy.
Pathological Findings. Fluid analysis revealed that the collections were aseptic cellular effusions. The dural biopsy showed histiocytic necrotizing inflammation iden tical to that in the lymph node, confirming dural involve ment in the KFD (Fig. 3) .
Postoperative Course. Following surgery, the pa tient made a dramatic improvement and her neurologi cal symptoms resolved. A postoperative MRI study per formed 1 week after the operation confirmed resolution of the collections (Fig. 4) . Six months after discharge the patient attended a rheumatology outpatient clinic, report ing joint pain and swelling. Although an SLE workup was done, she did not meet the American Rheumatology Association diagnostic criteria for lupus. She improved clinically with a short course of steroid therapy.
Discussion
Kikuchi-Fujimoto disease was first described in 1972 by Kikuchi 9 and Fujimoto et al. 5 It is a benign histiocytic necrotizing lymphadenitis, which usually has a selflimit ing course of illness, with recurrence and fatalities being very rare. 5 Typically cases occur in Japanese and other Asian populations, usually affecting those younger than 30 years of age. The mean age at diagnosis is 25 years, 4, 11 but this disease is being reported more frequently in the pediatric population. 6, 12, 17 The origin of KFD is unclear. An infectious or au toimmune hypothesis has been suggested, based on the clinical manifestations (especially the viral-like prodrome and atypical lymphocytosis) and certain histopathologi cal features such as T cells, as revealed by immunologi cal marker studies. 2 Yersinia enterocolitica, EpsteinBarr virus, Paramyxovirus, and the rubella and parainfluenza viruses have been suggested as etiological agents.
16 Kiku chi-Fujimoto disease has also been recorded in HIV-pos itive and human T-cell lymphotrophic virus type I-posi tive patients.
3 Some authors have hypothesized that KFD may reflect a self-limited autoimmune condition induced by virus-infected transformed lymphocytes. 8 Moreover, it is possible that KFD may represent an exuberant T-cellmediated immune response in a genetically susceptible individual to a variety of nonspecific stimuli.
2
The disease manifests with cervical lymphadenopa thy in 56%-98% of patients, and 50% also have pyrexia. Lymphadenopathy can occur in the intraparotid, supracla vicular, mediastinal, abdominal, and pelvic lymph nodes.
12
Other features include weight loss, night sweats, and hepa tosplenomegaly. Extranodal manifestations are less fre quent and include cutaneous rash, myalgias, arthralgias, bone marrow disease, and interstitial lung disease.
2,3,12
Laboratory findings include leukopenia, a raised erythrocyte sedimentation rate, lactate dehydrogenase, and transaminitis. However, diagnosis is confirmed based on histopathological findings of hyperplastic changes; in creased phagocytic histiocytes and apoptotic plasmacy toid monocytes with variable degrees of necrosis in corti cal and paracortical areas; and prominent karyorrhectic debris, proliferation of histiocytes, and immunoblasts surrounding the area of necrosis. Infiltration of the tissues surrounding the lymph nodes and perivascular spaces by inflammatory cells may occur.
1 A mortality rate of 2% has been reported. 6 There is a recognized association of KFD with con nective tissue diseases, particularly SLE; KFD can present before, simultaneously, or after the presentation of SLE.
11 Worldwide, 17 cases have been reported and there are similarities in histological findings. 10, 13 The lymph adenitis of SLE, like KFD, is characterized by necrosis. However, hematoxylin bodies are present in patients with SLE. It is recommended that patients with KFD should be assessed for SLE as part of their long-term follow-up.
Treatment for KFD is symptomatic, with analgesics, antipyretics, NSAIDs, and (rarely) corticosteroids. 3, 6 A case series of 16 patients in whom biopsy-proven KFD was diagnosed showed that prednisolone shortened the duration of fever.
3 Antibiotics are not shown to provide beneficial effects in the treatment of KFD.
6
Involvement of the CNS has been reported, mostly as aseptic meningitis. In a series of 69 cases in patients with an age range of 12-58 years, 2 patients developed aseptic meningitis.
14 Another report describes 11 cases of KFD in Japanese patients presenting with headaches, in whom the age range was 8-38 years. 15 Analysis of CSF typically shows a lymphocytic pleocytosis (with white cell counts that can go up to 1685 cells/ml), and slightly elevated glu cose and protein levels. Aseptic meningitis is believed to be secondary to an autoimmune response in which infil tration of the neural tissue by lymphocytes occurs.
1,3
Neurosurgical complications have been described in 2 adult patients who were initially thought to have aseptic meningitis. Gross et al. 7 reported the case of a 50year old woman with aseptic meningitis who developed a right frontoparietal subdural abscess with mass effect and mild brain edema. Allmendinger et al.
1 had a case of a middle aged Hispanic patient with cervical lymphadenopathy and bilateral chronic subdural hematomas. Both were primary manifestations of KFD and required surgical drain age due to neurological deterioration.
To the best of our knowledge, a child presenting with subdural effusions secondary to histologically confirmed dural involvement in KFD has never been described in the medical literature. Our patient also presented with features of raised intracranial pressure following hospi Furthermore, intraoperatively we found an abnormal dura mater that was thickened and fibrotic, and histopatho logical analysis showed typical features of KFD confirm ing that the dura was involved in the disease. Thus, du ral biopsy may be beneficial in suspected cases, because it provides additional information that can confirm CNS involvement in the disease process.
KikuchiFujimoto disease is a rare histiocytic necro tizing lymphadenitis that usually has a benign course. It can affect the CNS in the form of aseptic meningitis and subdural collections. Prompt identification and manage ment of the possible neurosurgical conditions related to KFD is of paramount importance to prevent morbidity. The clinical and histopathological features of KFD are frequently nonspecific, and radiological imaging might be inconclusive; therefore, biopsy of the dura mater in selected cases can be helpful in establishing CNS involvement.
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